A 66-year-old genotypically female patient was reared as a man. Investigations showed a partial adrenal 21-hydroxylase deficiency, and pituitary gonadotrophin secretion typical of a post-menopausal woman.
Introduction
Congenital adrenal hyperplasia in female infants is frequently recognized at birth or soon after puberty and treated with glucocorticoids. The patient presented here is unusual in that the defect was severe enough for him to be raised as a man, but mild enough to be living without glucocorticoid treatment at the age of 63 when the first biochemical investigations were done. The clinical features of this case are almost identical to the first clear record of congenital adrenal hyperplasia in a patient who was reared as a male and lived to the age of 43 years (de Crecchio, 1865; quoted by Bongiovanni and Root, 1963) . Modern investigations in such long-lived untreated patients are inevitably limited to occasional case reports (Ishida et al., 1976 ; Van't Hoff and Bicknell, 1972 (Morris and Leeson, 1969) , urinary cortisol (Beardwell, Burke and Cope, 1968 (Mortimer et al., 1973 (Migeon and Kenny, 1966) . The rise in serum cortisol on tetracosactrin and the presence of metabolites of cortisol in the urine, is further evidence that the enzyme block is partial (Galal, Rudd and Drayer, 1968) . The normal plasma Nterminal ACTH concentration was unexpected because in patients with untreated congenital adrenal hyperplasia it is invariably raised (Rees, 1977) (Fukushima et al., 1975 (Kirkland et al., 1974; Bacon, Spencer and Kelch, 1976) . Low levels were measured in a 31-year-old untreated patient reared as a male (Ishida et al., 1976 (Reiter et aL, 1975; Richards et al., 1978) and that androgen imprinting of the hypothalamus in prenatal and neonatal life does not occur in man. The suppression of gonadotrophins by oestrogen administration in the present patient is similar to that found in the normal post-menopausal woman treated with ethinyl oestradiol over longer periods of time (Larsson-Cohn et al., 1977) .
